Muscle histochemistry and respiratory chain analyses
The functional analysis of unfrozen muscle biopsy by radiochemical substrate oxidation (see Table 1 ) demonstrated normal protein activities. The ratio of the reactions forming considerable amounts of reduction equivalents (e.g. Pyruvate+Malate/Pyruvate+Carnitine) was slightly suspicious. The isolated measurement of the respiratory chain complexes (see Table 2 ) revealed a noticeable decrease in cytochrome c oxidase as well as a slight decrease in complex I and III. The reduction of complex IV was also seen in western blot analysis. The measurement of the relative mtDNA content using quantitative real-time PCR showed normal levels. 
